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FIGURE 2. Arrows indicate the abscess in the anterior left ventricular wall
on epicardial echocardiography.
Brief Clinical Reportsduring cardiac surgery or autopsy.3 The reported incidence dur-
ing autopsy ranges between 0.2% and 1.5%.1,2 They usually
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The Journal of Thoracic and Catimes in infarcted myocardium when circulating microorgan-
isms get seeded in the region.4 Our patient, who presented
with chest pain and electrocardiogram changes consistent
with acute coronary syndrome (ACS), was incidentally found
to have K pneumoniae myocardial abscess during CABG.
Maslow et al4 have reported the only other case of myo-
cardial abscess due to K pneumoniae. Their patient had K
pneumoniae urosepsis associated with acute myocardial in-
farction, resulting in myocardial abscess and papillary mus-
cle rupture. The diagnosis was made during surgery for
mitral valve replacement. The patient improved after therapy
with cefotaxime; however, cardiac rupture occurred on post-
operative day 6.
There are no guidelines for treating K pneumoniae infec-
tion involving the heart but a 6-week course of aztreonam
and ciprofloxacin proved effective in our patient. She is still
doing well at the end of 1 year. To the best of our knowledge,
this patient is the only documented survivor of a K pneumo-
niae myocardial free wall abscess. A cardiac computed to-
mography or magnetic resonance imaging scan for patients
with high clinical suspicion of a cardiac infection is
a good test for diagnosing as well as localizing a myocardial
free wall abscess. This might increase the incidence of de-
tecting myocardial abscesses in living subjects, rather than
it being predominantly an autopsy finding.References
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Med Sci. 1984;287:58-60.Sex reversal and hypoplastic left heart syndromeMichael J. Walsh, MD,a Elizabeth T. Walsh, MD,b Yaw Appiagyei-Dankah, MD,b and
Andrew M. Atz, MD,a Charleston, SCThe prognosis of congenital heart disease, especially in its
most complex forms, is complicated when associated with
extracardiac anomalies. Meacham syndrome, or PAGOD
syndrome (pulmonary tract and pulmonary artery hypopla-
sia, agonadism, omphalocele, diaphragmatic defect, and
dextrocardia) is a constellation of genital, cardiac, and pul-
monary malformations that carries a poor prognosis. We re-
port the case of a patient with sex reversal and hypoplastic
left heart syndrome without congenital diaphragmatic hernia
who has survived to Fontan completion and is doing well.rdiovascular Surgery c Volume 139, Number 3 e35
Brief Clinical ReportsCLINICAL SUMMARY
The patient, whose condition was diagnosed prenatally
with fetal ultrasonography, was found at birth to have hypo-
plasia of the left ventricle and the mitral and aortic valves,
with coarctation of the aorta and proximal stenoses of the
branch pulmonary arteries. A Norwood procedure with the
Sano modification was performed on day 6 after birth. After
2 days of persistent hypoxemia, the patient was taken back to
the operating room, where the Sano shunt was replaced with
a modified Blalock–Taussig shunt. At the age of 5 months,
the patient underwent bidirectional superior cavopulmonary
anastomosis. At 3.5 years of age, the patient underwent suc-
cessful extracardiac conduit Fontan completion with fenes-
tration. Her post-Fontan course to the age of 4.5 years has
been uncomplicated.
Initial evaluation revealed normal female external genitalia
and no obvious dysmorphology. The presurgical workup for
complex congenital heart disease at our institution includes
chromosomal analysis, as well as ultrasonography of the
head and kidneys. As part of this routine evaluation, the pa-
tient’s karyotype was revealed to be 46, XY. This was con-
firmed by repeated testing and by demonstration of the
presence of the SRY gene. Subsequent pelvic ultrasonography
failed todemonstrate a uterusorgonads.Laboratory evaluation
showed no evidence of congenital adrenal hyperplasia, andro-
gen insensitivity syndrome, or a central pituitary process.
Birth weight was 2.575 kg (3rd percentile). Thereafter,
weight and height were consistently below the 3rd percen-
tile, although following a stable isopleth. The trend has con-
tinued through the most recent clinic visit at 4 years 7
months. The mechanism of this persistent growth failure is
unclear. Arginine and clonidine stimulation testing did not
suggest isolated growth hormone deficiency.
DISCUSSION
Chromosomal abnormalities, as well as noncardiac anom-
alies, have been identified as independent risk factors for in-
creased surgical morbidity and mortality in single-ventricle
palliation.1 This combination also leads to increased rates of
termination of pregnancy and increased levels of parental
stress for those surviving the first stage of palliation. Twor-
etzky and colleagues2 documented improved survival of in-
fants with hypoplastic left heart syndrome who had the
condition prenatally diagnosed relative to those without early
diagnosis. It follows that the prenatal identification of noncar-
diac anomalieswould afford affected infants a better chance at
survival. Karyotyping at the time of diagnosis of significant
congenital heart disease has therefore become standard at
our institution. When an anatomic diagnosis is made by fetal
echocardiography, amniocentesis is recommended.e36 The Journal of Thoracic and Cardiovascular SurgThis case also illustrates the interplay between abnormal
karyotype and fetal growth with respect to surgical planning.
Many chromosomal abnormalities are characterized by poor
fetal growth. Lower birth weight is associated with worse
outcomes in neonates undergoing initial palliation for sin-
gle-ventricle physiology.1 As we try to elucidate further
the causes of increased surgical mortality associated with
complex congenital heart disease, we must address the
way low birth weight, as it relates to chromosomal abnor-
malities, puts these infants at higher risk.
Although the association of chromosomal abnormalities
and complex congenital heart disease has been well studied
with respect to prognosis and surgical morbidity and mortal-
ity, implications of specific abnormalities have often not
been evaluated. Survival of patients with both hypoplastic
left heart syndrome and Turner syndrome is markedly re-
duced relative to those patients with hypoplastic left heart
syndrome alone.3 According to a multi-institutional study,
most patients with trisomy 13 or 18 can survive palliative
or corrective heart surgery4; however, this study did not in-
clude patients with single-ventricle lesions. More investiga-
tion into the survival of patients with specific chromosomal
abnormalities and complex congenital heart disease is
needed.
Previous reports of Meacham syndrome have been associ-
ated with extremely poor prognosis.5 It is noteworthy that
most of these patients had significant loss of lung volume sec-
ondary to diaphragmatic hernias. This case illustrates many
important features in the evaluation and management of a
patient with sex reversal, growth failure, and hypoplastic
left heart syndrome. It is notable that despite numerous
previously reported risk factors, this child has done well
and has survivedmultistage surgical reconstruction to Fontan
completion. Finally, we are reminded of the need for close
endocrine follow-up with a patient such as this, including
evaluation for the presence of any gonadal tissue and other
disturbances of the hormonal axis.References
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